An unusual case of congenital heart disease is reported which, despite numerous circulatory abnormalities, permitted a life span of 34 years. mHIS is an unusual case of congenital heart disease in a patient with dextrocardia and situs inversus in which both the aorta and stenosed pulmonary artery orignated from the right ventricle. Despite numerous circulatory abnormalities, this patient lived 34 years. Examination at the time of admission revealed an acutely ill, markedly dyspneic, and cyanotic man. There was marked deformity of the thoracic cavity due to kyphoscoliosis of the dorsal spine with a convexity to the left. The blood pressure was 100/60. The heart rate was very rapid and irregular. There was a grade IV, rough systolic murmur and a long blowing diastolic murmur at the fourth left interspace, and a grade IV systolic murmur over the second left interspace. MIoist rales were heard throughout both lung fields. There was heaving over the entire precordial area and a point of maximum cardiac impulse could not be determined. The thrust to the right of the sternum appeared to be greater than to the left. The liver was enlarged 4 fingers below the left costal margin. There was 3+ pitting edema of the extremities.
Examination at the time of admission revealed an acutely ill, markedly dyspneic, and cyanotic man. There was marked deformity of the thoracic cavity due to kyphoscoliosis of the dorsal spine with a convexity to the left. The blood pressure was 100/60. The heart rate was very rapid and irregular. There was a grade IV, rough systolic murmur and a long blowing diastolic murmur at the fourth left interspace, and a grade IV systolic murmur over the second left interspace. MIoist rales were heard throughout both lung fields. There was heaving over the entire precordial area and a point of maximum cardiac impulse could not be determined. The thrust to the right of the sternum appeared to be greater than to the left. The liver was enlarged 4 fingers below the left costal margin. There was 3+ pitting edema of the extremities.
Fluoroscopy and x-ray of the heart were confusing because of the kyphoscoliosis. The aorta was to the right of the esophagus and the transverse diameter of the heat was increased. The stomach was in the right upper quadrant ( fig. 1 ).
The electrocardiogram ( fig. 2 ) was most difficult to interpret. Atrial fibrillation with a very rapid ventricular rate and digitalis effect were definite.
There was no definite evidence of dextrocardia.
The hemoglobin was 15 Gm. per cent and the white count was 6,400, with a normal differential. The urea nitrogen was 28 mg. per cent. Other tests were within normal limits.
The patient was treated with digitalis, mercurials, quinidine, and a salt-free diet, and the decompensation improved. However, on April 14, he complained of pains in the chest and marked dyspnea, went into shock, and died.
Autopsy Findings
At autopsy, the heart was predominantly in the right chest ( fig. 3 ). The ascending aorta was on the left with the descending portion on the right side of the esophagus. There was marked dilatation and hypertrophy of the right* atrium and right ventricle, which were on the left side of the heart. The left atrium and left ventricle were very small and were posterior and on the right side. In the heart, both the aorta and stenosed pulmonary artery arose from the markedly enlarged right ventricle. The aortic valves appeared normal, except for fenestrations of the cusps. The narrowed opening of tlhe pulmonary artery (which was about 0.5 cm. in diameter) was below and to the right of the aortic opening ( fig. 4) teristic defects usually classified as tetralogy of Fallot, namely right-sided aorta, pulmonary stenosis, interventricular septal defect, and right ventricular hypertrophy, there was no overriding of the aorta over the septal defect. Also, there was no overriding of the stenotic pulmonary artery. The ventricular septal defect was below the crista supraventricularis, in the muscular part of the septum, and the course of the pulmonary artery was directed posterior to the aorta from right to left. In Taussig's' description of the types of tetralogy, there is always some degree of overriding of the aorta. Even if one does not accept this concept of overriding of the aorta, the location of the defect and the relationship of the pulmonary artery and the aorta are not those found in the tetralogy of Fallot. This heart would fit into the type II classification of Spitzer.6 According to his theory there is a greater degree of detorsion than that found in his type I classification (in wiich the tetralogy would be placed). As a result, the ascending aorta is to the right (in this case, to the left, because of the dextrocardia) and anterior to the pulmonary artery. Also, Spitzer maintained that the aorta is a right ventricular aortic conus that has reopened and is connected with the common ascending aorta, the left ventricular aortic conus having been obliterated. As a result, there is no direct outflow ostium from the left ventricle. The only means of exit of blood from the left ventricle is through the septal defect into the right vent ricle.
Spitzer also stated that the pulmonic valve usually has only 2 cusps and 1 of the coronary arteries is transposed so that it arises from the pulmonary artery. These abnormalities were also present in this case.
The electrocardiogram was most unusual. In spite of the tremendous right ventricle, characteristic right ventricular complexes (R or Rs) were not seen on either the right or left side of the heait. Only in V,, V4R, and \6R were RS complexes seen. The unipolar limb leads did not definitely indicate dextroposition. As mentioned previously, because of the atrial fibrillation, the direction of the P waves was of no m~ssistaii(e. In retrospect, one can surmise right ventricular hypertrophy in the dextrocardia because of the late intrinsicoid deflection of the R wave on the left side of the heart (V2-c) and aVL waith progressive formation of an rS com.-plex as one reads from V1 to V6R (from right sternal border to right axilla) and the formation of an R complex in V7R and \V8R, suggesting a left ventricular complex in the right posterior chest.
It is obvious that there must have been some fairly competent pulmonary collateral circulation to allow this man to live 34 years. No patent ductus arteriosus was found. Ghoreyeb and Karsner7 as early as 1913 showed that when the pressure in the pulmonary radicles is markedly reduced the bronchial circulation is brought into service to compensate for the decreased pulmonary flow. The earlier in life that this occurs, the more readily the bronchial arteries enlarge. This pattern of collateral circulation certainly must have occurred in this case, aided undoubtedly by the anterior and posterior mediqstinal and esophageal arteries."
It is only through development of these collateral vessels that sufficient pulmonary circulation could be maintained, as the markedly stenosed pulmonary valve certainly could not permit sufficient blood to get to the lungs.
SUMMARY
An unusual case is presented of a 34-year-old man with dextrocardia and situs inversus in which the aorta and stenosed pulmonary artery The authors reported a case of ventricular fibrillation in a patient with acute coronary occlusion, followed by successful restoration of circulation. The patient was a 55-year-old white man who had a typical history of myocardial infarction. At the time that ventricular fibrillation was recorded electrocardiographically the patient lost consciousness. The left side of the chest was immediately opened and massage was started through the intact pericardium. Epinephrine was injected into the left ventricle and an electric defibrillator was utilized. The latter converted fibrillation to asystole, at which time cardiac massage was started. Effective cardiac contractions appeared and the blood pressure rose. Recovery from the operation was uneventful except for slight fever. ABRAMSON
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